SUMMARY The protein C system is essential in limiting the activation of coagulation in vivo. We report the case of a 45 year old man with portal vein thrombosis complicated by ruptured oesophageal varices. Low concentration of plasma protein C was found in the patient and subsequently in one brother with a history of venous thromboembolism, and also in one son and one nephew who were asymptomatic. Hereditary protein C deficiency should be considered in patients with portal hypertension due to portal vein thrombosis.
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In up to 50% of adults with portal vein thrombosis, the cause of vascular obstruction cannot be elucidated.'-' Protein C had recently been identified as a major factor regulating thrombin generation. A study of the patient's family showed deficiency in protein C in the brother of the proband (Figure, , in one asymptomatic son aged 24 (Figure, , and in one asymptomatic nephew aged 32 ( Fig. 111-1 ). Proband's father died at age 69 from silicosis. Proband's mother, aged 85, was alive with varicose veins and trophic cutaneous ulcers of the legs; she could not be tested for protein C.
Discussion
Deficiency in protein C can be inherited and is then most often transmitted as an autosomal dominant trait with various penetrance.'926 A low level of plasma protein C can also be acquired as a result of (Figure) . Thus, protein C deficiency detected in the propositus is compatible with a defect inherited as an autosomal dominant trait. It is not clear whether the unexplained bout of abdominal pain which occurred two years before corresponded to the constitution of thrombosis, to a resolutive episode of intestinal ischaemia secondary to mesenteric vein thrombosis, or to an unrelated illness. There are other cases of deficiency in protein C, protein S, or antithrombin III, manifested by mesenteric vein thrombosis.9 I'I2'132 In these latter cases, the manifestations were those of acute intestinal ischaemia or infarction. Among our 40 patients with portal vein thrombosis prospectively tested for protein C, this is the first case of chronic portal hypertension caused by hereditary protein C deficiency and we are not aware of any similar reported case. Only one case of portal hypertension consecutive to portal vein thrombosis and related to an inherited protein S deficiency has already been reported; the patient was a young girl suffering from recurrent variceal bleeding from age l0.`8 Valla, Denninger, Delvigne, Rueff, and Benhamou Our estimate of the prevalence of inherited protein C deficiency in portal vein thrombosis (2%/) is higher than the figures reported for thrombosis of unselected site."26 We propose that levels of protein C, as well as protein S and antithrombin III, be measured in patients with portal vein thrombosis, when no overt cause is present.
Prevention of recurrent thrombosis by coumarin derivatives is mandatory in patients with hereditary deficiency in protein C. Management of patients with previous variceal bleeding appears particularly difficult, however. Portosystemic shunting is usually not feasible in patients with portal vein thrombosis.`' In the present case, we reasoned that propranolol may prevent recurrent variceal bleeding. 3' Endoscopic sclerotherapy may also be considered. The risk of bleeding from oesophageal ulcers after sclerotherapy34 might be increased by anticoagulation. This concern led to the use of propranolol as a first line method.
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